and shows no heterogeneity. 2 The syndrome occurs in 1 in 200 patients with basal cell carcinomas (BCC) and displays an approximate 40% spontaneous mutation rate. 3 The phenotype may potentially manifest around 100 features and according to their frequency, major and minor diagnostic criteria have been established. 4 Principally, the syndrome is characterised by multiple BCCs, odontogenic keratocysts, palmar and plantar pits, skeletal abnornalities (kyphoscoliosis and bifid ribs), and intracranial pathology (medulloblastoma). Several ocular abnormalities have been described including coloboma, esotropia, glaucoma, and cataract.2 4 5 We present here a case of non-colobomatous microphthalmos in association with Gorlin's syndrome.
CASE REPORT
A girl was born at term to a mother with established Gorlin's syndrome, manifested principally by multiple BCCs. Her older brother was also Gorlin's phenotype. At 8 months, she presented with left non-colobomatous microphthalmos (Fig 1) . Soft tissue facial asymmetry was noted initially but has become less marked with subsequent development. The cornea of the microphthalmic eye was initially covered by a plaque overlying a formed anterior chamber. Visual acuity of the right eye (total length 24-8 mm) was perception of light with intact projection, visual acuity of the left eye (total length 25-2 mm) was 1/35 (in 1 metre) without improvement by glasses. Intraocular pressure was normal in both eyes. Visual fields (Goldmann) of the right eye showed a residual island of 100 in the left lower quadrant about 500 from the centre (V4), and a 100 (para-) central island (III4) in the left eye. Rotatory nystagmus allowed endothelial cell count only in the left eye (1834 cells/mm2). Electroretinography revealed residual scotopic potentials, predominantly in the left eye.
Morphological findings included microcornea (6 5x6 5 mm) in both eyes, retrocorneal pigment dispersion (more pronounced in the left eye), a moderate amount of uveal tissue covering the trabecular meshwork in the anterior chamber angle (predominantly in the left eye); nasally and inferiorly subluxated lenses with (hyper-) mature cataracts, nasally and inferiorly located colobomas of the iris (Fig 1) . Ophthalmoscopic evaluation of the vitreous and fundus was not possible at that time.
Ultrasonography showed a 'persistent hyaloid artery' reaching from the posterior part of a pyramidal-shaped lens to a prominent (para-) papillary region. Computer tomography of the skull was unremarkable. Computer tomography of the orbit detected a deformed right globe with flattening of the In both eyes the subluxated cataractous lens was removed intracapsularly using a cryoprobe by a procedure that resembled a tooth extraction via ipsilateral autologous keratoplasty (6-0 mm diameter) as access. The posterior part ofthe lens (Fig 2A) had to be loosened out of a 'pocket' of presumably fibrous tissue deep in the vitreous cavity (Fig 2B) .
Additional findings after cataract surgery included wide, nasally and inferiorly located, colobomas of the choroid and retina extending to and including the optic nerve head. Corrected visual acuity of the right eye increased to 1/35 (in 1 metre, refractive error + 15 75 dioptres), and to 0-1 (refractive error + 13-25 dioptres) in the left eye, and was stable 4 years after surgery. At that time the central power of the comea was around 40 dioptres in both eyes.
COMMENT
The 33-year-old woman presented bilaterally with an unusual dentiform shape of a congenital cataract, which to our knowledge has not been reported previously. Cebon and West described an association with microphakia, abnormal irides, congenital glaucoma, and nystagmus. They stated that the occurrence of congenital glaucoma and congenital cataract in the same eye was not common, as the latter represented an ectodermal disorder and the former a mesodermal disorder. 10 Our patient showed a moderate amount of uveal tissue covering the trabecular meshwork, but normal intraocular pressure. The small horizontal and vertical diameter in contrast with the axial diameter ofthe lens might be -in accordance with the microphakia described by Cebon and West -due to the spatial restrictions of the anterior segment featured by a comeal -diameter of 6-5 mm in our patient.
Nystagmus seems to be a secondary feature, the result of sensory deprivation.
As systemic abnormalities were absent, a metabolic disorder (Marfan's syndrome, Marchesani's syndrome, homocystinuria) could be ruled out. An uneventfil pregnancy made an intrauterine infection (for example, rubella) improbable. As parents and grandparents of our patient, two brothers and sisters, and two children (3 and 7 years of age) had no eye disease, neither an inheritance from the parents nor a new mutation to be transmitted to the children seemed to be likely. Thus, the described ocular syndrome appeared to be a sporadic developmental abnormality. 
